and increased frequency dependency of total pulmonary resistance measured by forced oscillation. 4 There is only one reference to a younger child with a-1 antitrypsin deficiency and respiratory disease.5 This child first presented at 8 years of age with a six and a half year history of chronic pulmonary disease, emphysema was diagnosed by lung biopsy at 13 years of age. In the present study three children, all with a-1 antitrypsin deficiency, one as young as 3 years of age, had significantly raised lung volumes when related to both age and height. In two of these children this was unresponsive to bronchodilator treatment so these findings are highly suggestive of emphysematous changes. Neither child had severe liver disease, nor respiratory symptoms or signs.
In all children with severe liver disease, irrespective of diagnosis, low lung volumes were shown. This association was particularly noticeable when lung volumes were related to age. The children with severe liver disease, however, were not significantly smaller than the other children studied, indeed one was on the 90th centile for height. The most likely explanation, therefore, for the association of severe hepatic disease and reduced lung volume is compression due to hepatosplenomegaly and ascites.
In conclusion, these results suggest that a-1 antitrypsin deficiency even in early childhood may be associated with emphysema, and that in severe liver disease lung volume is reduced. We now intend to follow all such children prospectively in an attempt to determine the exact incidence of respiratory abnormalities and their evolution with time. SUMMARY We report a case of Mendenhall's syndrome that presented as hypoglycaemia. The clinical and biochemical features of the case are described including, for th^e first time, studies of melatonin state showing raised melatonin metabolite excretion in the urine as might be expected with disordered pineal function.
A syndrome of dysmorphism, dental precocity, hirsutism, acanthosis nigricans, abdominal protuberance, phallic enlargement, and insulin resistant diabetes mellitus was first described by Mendenhall in 1950.1 Since then a number of similar cases have been recognised,2 and in each of these diabetes mellitus has developed in mid childhood and the child has died of ketoacidosis, with the exception of one child in whom hypophysectomy was performed.2 Pineal hyperplasia has been found at necropsy of all patients dying. 1-3 We describe a further case in which the presenting symptom was hypoglycaemia in the neonatal period.
Case report
A boy, weighing 2520 g, was born after an uneventful pregnancy at 44 weeks' gestation. It was the second pregnancy of healthy non-consanguinous parents. Abdominal distention and facial dysmorphism were noted at birth. The features included a coarse facies with a prominant jaw, large eyes and ears, fine downy hair over the body, and short stubby fingers. He was also noted to have a long penis with normal sized testes. At 10 hours of age the baby started to have seizures secondary to hypoglycaemia (blood glucose concentration <0-1 mmol/1) and intravenous dextrose was started. The intravenous infusion was required for 48 hours because of recurrent hypoglycaemia but after its withdrawal his blood glucose remained normal. Plasma insulin concentrations were measured by radioimmunoassay and found to be very high (1680 mU/l). These were remeasured at 2 months of age and were again high at 2460 mU/l (with a blood glucose concentration of 6-6 mmol/l).
At 7 months of age a glucose tolerance test gave a normal result but he had persistently raised insulin concentrations. Chromatographic analysis of his serum showed peaks coeluting with proinsulin and insulin. High concentrations of insulin were further confirmed by bioassay. Glucose tolerance tests were performed and insulin concentrations were measured on both parents and gave normal results. The boy's glucagon and testosterone concentrations (taken randomly) at this time were modestly raised: glucagon 53 pmol/I (normal range <50 pmolI1) and testosterone 0*7 nmol/I (normal range 0-07-0-67 nmol/I for prepubertal boys). 4 The child developed acanthosis nigricans of the neck and axilla at 1 year of age. Primary dentition started at 3 months and secondary dentition at 
